Classical Guillain-Barré syndrome (GBS) typically presents as a subacutely evolving areflexic paralysis and the diagnosis is based on a combination of clinical and laboratory features. There is now an increasing recognition of the many variants of GBS including crossover between the variants [1] [2] [3] [4] . Fulminant GBS, a rare variant, has been sporadically reported in the literature [5] [6] [7] [8] [9] . We describe two patients who presented to us with fulminant GBS with absent brainstem reflexes.
CASE HISTORIES Case 1
A 34-year-old male with no co-morbidities was transferred to our institution with a history of sudden, rapidly progressive quadriparesis following an episode of gastrointestinal tract infection. Within four hours he complained of diplopia, dysphagia with slurring of speech and respiratory distress. He developed respiratory failure requiring mechanical lung ventilation within 12 hours of onset of symptoms. A diagnosis of acute demyelinating polyneuropathy was made.
In the next 24 hours, the patient became totally unresponsive with no spontaneous movement and no response to auditory or painful stimulus. Initial examination revealed a normothermic haemodynamically stable unresponsive patient with flaccid quadriplegia, total areflexia with no response to cephalic or peripheral painful stimuli. Pupils were mid-dilated with absent direct and consensual light reflex. Conjunctival, corneal, gag and carinal reflexes were absent along with the oculo-cephalic and vestibulo-ocular reflexes.
Initial laboratory and complementary tests were performed, as shown in Tables 1 and 2. Brain magnetic resonance imaging was normal. Electroencephalogram (EEG) was normal.
Electrophysiological studies were conducted on the same day. All motor nerves tested were SUMMARy Guillain-Barré syndrome, known for its diverse, atypical and heterogeneous range of presentations, can rarely present in an apparent comatose state with absent brainstem reflexes. Two patients presented in an unresponsive state with flaccid quadriplegia, total areflexia with no response to cephalic or peripheral painful stimuli. Pupils were mid-dilated with absent direct and consensual light reflex. All cranial nerve reflexes were absent. Preliminary laboratory investigations and complementary tests were normal. Cerebrospinal fluid evaluation showed albumincytological dissociation. Brain magnetic resonance imaging and electroencephalogram were normal. Both were diagnosed as fulminant Guillain-Barré syndrome. Despite an absence of brainstem reflexes neither patient fulfilled diagnostic criteria for brain death. Table 3 .
Case 2
A 59-year-old patient with a history of diabetes and coronary artery disease with coronary artery bypass grafting was admitted to our institution with complaints of pain and paresthesia involving both lower limbs for seven days and weakness in the lower limbs for two days.
On admission to the emergency department, he was conscious, oriented and haemodynamically stable with no evidence of respiratory distress. Cranial nerves were normal and other central nervous system examination was unremarkable other than decreased power in the distal muscle groups of the lower limbs. Response to pain 5 10
Weaned from ventilatory support 12 16 Baseline routine investigations and complementary tests performed, as shown in Tables 1 and 2 , were normal except for hyperglycaemia (blood sugar 10.5 mmol/l). There was albumin-cytological dissociation on cerebrospinal fluid examination. Over the next three days the patient had progressive muscle weakness including the muscles of respiration and he was transferred to the intensive care unit (ICU) for mechanical ventilation. Within 24 hours of ICU admission he rapidly developed bilateral ophthalmoplegia and progressed to an unresponsive state with fixed dilated pupils.
The patient became totally unresponsive to auditory or painful stimulus. He had flaccid quadriplegia with total areflexia. Corneal, carinal and brain stem reflexes were absent. Magnetic resonance imaging of the brain was normal, nerve conduction studies demonstrated absent conduction and the EEG was normal.
He remained with absent brainstem reflexes for two months. His neurological recovery until weaning from ventilatory support is shown in Table 3 .
DISCUSSIOn
In this case report we discuss our experience of two patients of GBS with absent brainstem reflexes. Consent to publish was given by both patients.
The striking feature in our patients was the initial clinical presentation. They rapidly progressed to fulminant GBS with complete efferent nerve dysfunction resulting in flaccid quadriplegia, total areflexia, absent brainstem reflexes and respiratory paralysis. Hypothermia, metabolic derangements and exposure to drugs or toxins were ruled out. nevertheless, our patients did not meet the criteria for brain death (as per the guidelines given by the President's commission for the Study of Ethical Problems in Medicine and Biomedical and Behavioral Research [USA]) 10 , as there was no aetiology consistent with brain death. An aetiology which can explain the clinical picture is an inescapable requirement before the declaration of brain death. Absent response with a peripheral nerve stimulator as well as a normal imaging study of the brain and a normal EEG prompted a search for a peripheral cause. Presenting history and rapidly progressive areflexic paralysis suggested the diagnosis of GBS. The 'albumin-cytological dissociation' in the cerebrospinal fluid studies suggests the diagnosis 11 . We were handicapped by the electrophysiological studies being non-contributory as the peripheral nerves were unexcitable, both patients having fulminant GBS.
Case RepoRT
Anaesthesia and Intensive Care, Vol. 36, No. 6, November 2008 When confronted with a patient in a 'comatose state', the diagnosis of Guillain-Barré syndrome does not seem apparent, particularly when there is motor nerve inexcitability to a supramaximal stimulus, an unusual finding in GBS which was present in our patients. Pupillary abnormalities have rarely been described 12 and both our patients had total ophthalmoplegia, not mentioned in the criteria for the diagnosis of GBS 11 . Miller-Fisher syndrome, a rare variant of GBS that typically presents with the classic triad of ataxia, areflexia and ophthalmoplegia should always be suspected in such presentations 13 . Acute onset of external ophthalmoplegia, which is a cardinal feature of Miller-Fisher syndrome, was not seen in either of our patients, nor were features suggestive of autonomic dysfunction.
It was challenging to manage the 'locked-in state' of our patients regarding sedation and analgesia. Both patients received fentanyl analgesia for procedures like tracheostomy and insertion of invasive lines for haemodynamic monitoring. Enteral gabapentin was used for neuropathic pain. Sedation and anxiolysis was managed with propofol infusion and enteral benzodiazepines. Retrospectively it was satisfying to know that they did not experience any bad memories of their ICU stay.
Fulminant GBS has a poor recovery rate with permanent disabling weakness 14 as seen in our patients. Both our patients had a prolonged ICU stay and at the time of discharge they were physically dependent for routine activities.
In conclusion, Guillain-Barré syndrome can present rarely with absent brainstem reflexes. This is an important variant of GBS to consider. Current guidelines for the diagnosis of brain death should not lead to a misdiagnosis.
